The Usher Syndrome1 is a hereditary genetic disorder which results in a congenital or progressive hearing loss and progressive retinitis pigmentosa, a gradual degeneration of the retina. In the following sequence, the symptoms include: a hearing loss (usually profound); a gradual loss of night vision (poor dark adaptation); a gradual loss of side vision (reduced visual field); and a gradual loss of central vision usuaUy leading to legal blindness (Bergsma, 1973) .
Although the Usher Syndrome is rare in the general population (three per 100,000), 2 to 5% of the genetic deaf population have the disease (Vernon, 1973) . This inherited condition also causes more than half of all deaf-blindness in adults. Ophthalmologists are familiar with the symptoms of retinitis pigmentosa, but they do not always recognize its relationship to hearing loss.
In addition, schools for the deaf often do not provide thorough visual screening programs which would detect cases of Usher Syndrome. Lack of information about Usher Syndrome is the primary reason why so little has been done to identify and help people with this double handicap, even though it was discovered over 100 years ago.
Early identification of the Usher Syndrome is important for the students afflicted with the disease. Their safety is the most obvious reason. For example, young children may need additional supervision at night, in dimly lit places, or in routine activities such as crossing the street. It may be inadvisable for older students to drive if their visual field and dark adaptation abilities have deteriorated. Without proper counseling, these students are unaware of their unique visual difficulties.
Students with the Usher Syndrome have the right to be informed and involved in decisions regarding their handicap. When sufferers are young, it wiU suffice to teU them that they have visual problems which will become worse as they grow older. As the child matures, personal counseling, realistic vocational training, curricular modifications, and eventuaUy genetic counseling may be provided as necessary. These support services will enhance students' chances of accepting and adjusting to their handicap. Early identification is also important for the families of children with the syndrome. Parents need to know the implications this genetic disorder has for their child's future and the genetic possibilities of other children in the family hav-
The author is currently a teacher at the Arizona State School for the Deaf and the Blind in Tucson, Arizona. This manuscript was excerpted from a Master of Arts thesis, California State University, Northridge, in conjunction with the National Leadership Training Program.
!"Notice that I'm using the terminology "The Usher Syndrome' rather than 'Usher's Syndrome' because medical parlance has changed; so instead of using the possessive, we usually say 'the such and such syndrome '" (Bergsma, 1976) .
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ing and/or being carriers of the disorder. Because Usher Syndrome is an autosomalrecessive trait, the affected individual must inherit an abnormal gene from each parent. UsuaUy both parents are carriers, although they may be unaware of their genetic link to the syndrome.
Hence, schools for the deaf provide a logical setting for a comprehensive screening program for the Usher Syndrome.
RESULTS
A questionnaire was sent to 59 residential schools for the deaf in the United States. Only the section of the questionnaire inquiring about screening procedures for Usher Syndrome wiU be reported here. Forty schools (68%) responded. Fifty-three percent of these schools had screening programs for Usher Syndrome (Table 1) . Table 2 shows the percent of students who have actually been diagnosed as having the Usher Syndrome. Although some respondents indicated that a number of students were suspected of having the syndrome, this information is not included in the data presented because the etiology of the deaf-blindness may be attributed to the Refsum Syndrome or RubeUa. Fifty-one percent of aU students diagnosed as having the Usher Syndrome were 16 years old or older, and 33% were between the ages of 12 and 15, while only 16% were younger than 11. There was no notable difference in prevalence between male and female subjects. Fifty-five percent were male, and 45% female. Eighty-one percent of the students had a profound hearing loss which is common with the Usher Syndrome (Table 3) .
There was substantial variation in the frequency with which schools screened their students for Usher Syndrome (Table 4) . Thirtythree percent screened annually, 19% screened every 3 years, and 19% screened upon request or referral. In one school, only seniors were screened. Table 5 shows the types of evaluation used.
Although 71% of the schools had access to electroretinography (ERG) or electrooculography (EOG), it was not determined which students were given these evaluations.
Relatives of students who had been identified as having the Usher Syndrome were referred for visual testing by 52% of the schools. Fortyeight percent of the schools provided or referred the student to genetic counseling after he/she had been diagnosed as having the Usher Syndrome. Thirty-eight percent of the schools provided or referred the student's family for genetic counseling after the student had been identified. Fifty-nine percent of the schools made curricular modifications for the Usher Syndrome students. Fifty percent of the schools provided special vocational counseling for their students.
DISCUSSION
It was encouraging to see an increasing number of residential schools for the deaf demonstrating concern for identifying students with the Usher Syndrome. However, the data (Table  2) indicate that not enough is being done to provide early identification of students with the Usher Syndrome. Students older than age 12 comprised 84% of the diagnosed cases, whereas students younger than 11 comprised only 16%. Because the Usher Syndrome involves a gradual loss of vision, early detection is difficult with- The percentages below are based on the number of schools that reported. 'One school indicated that their program will start in the fall of the 1981-82 school year.
out a comprehensive screening program backed up by a knowledgeable opthalmologist. Identification of young children can be improved. It is important to remember that the purpose of screening is to identify individuals who may be in need of a thorough eye examination by a qualified opthalmologist. It is no longer true that the Usher Syndrome cannot be detected in very young children. Early identification is crucial to provide the maximum support services to children and their families. It is very important for teachers to be involved in the screening process because they work with the students daily and can provide valuable insights into the student's behavior. It is also important for teachers to be aware of which of their students have the syndrome in order to provide necessary curricular modifications and informal support if the student feels comfortable with the teacher. Answers to these questions could be of great value to programs for the deaf and to rehabilitation agencies which are currently serving clients with the Usher Syndrome. Research on the Usher Syndrome could then be shared with the National Retinitis Pigmentosa Foundation and/or the Helen Keller National Center, which could serve as the umbreUa agency for the Usher Syndrome.
